Case reports
Hairy cell leukaemia 1 T Ooyirilangkumaran MRCP MRcpath 2 (for G W Marsh MD MRcpath) North Middlesex Hospital, London NI8 In August 1970, Mr E Gaged 80, presented to the North Middlesex Hospital with pain in the left side of the abdomen of recent onset. There were no other symptoms. On examination, there were no large lymph nodes; the liver was not palpable. The spleen was palpable 13 em below the left costal margin; firm edge; friction rub in splenic area was heard. There were no other abnormal physical signs.
Investigations: Haemoglobin 13.9 g/dl; white blood count 28900 x 10 6/1; neutrophils 867; lymphoid cells 25 143; platelet count 113 000 x 10 6 11. Blood film: majority of lymphoid cells were large. Bone marrow aspirate showed marked infiltration by similar lymphoid cells. Direct antiglobulin test negative. Liver function profile normal. IgG 540 mgJl 00 ml (normal 670-1700 mgllOO ml); IgA 122 mgllOO ml (normal 80-340 mgllOO ml): IgM 16 mgllOO ml (normal 50-200 mg/l Or) ml). Blood film and bone marrow were reviewed in February 1975: lymphoid cells were typical of hairy cells. Surface marker study: surface immunoglobulins present (IgM 20%, K 90%). Sheep red cell rosettes 10%; mouse rosettes 6%. Enzyme studies and electron microscope studies confirmed their hairy cell nature.
Management and progress ( Figure I ) At first the patient was thought to have a chronic lymphosarcoma cell leukaemia. He was given two doses of splenic irradiation of 200 rad each. There was some improvement in his abdominal discomfort, together with reduction in spleen size. Since he felt clinically well, and taking his age into consideration, he was followed up at regular intervals on no specific therapy. During this period the spleen size was increasing gradually. He had two further courses of splenic irradiation in November 1973 and January 1975 (200 rad each). By December 1975, however, the spleen size had reached 20 em and his haemoglobin had fallen to 10.0 g/dl. Following this period he had to be transfused three times: in December 1975, February 1976 and November 1976. His age and the massive splenomegaly were factors considered to be against his having a splenectomy. Thus, on 21 October 1976, he was startedon a continuous course of chlorambucil 4 mg daily.
There was a dramatic reduction in the number of hairy cells in the blood by the second week. By 16 Decem ber 1976, the white blood count had reached 6800 x 10°/1 with 1800 neutrophils and the remainder being hairy cells. The white blood count at the time of commencing therapy was 40 000 x 10 6 11with 38 570 hairy cells. The fall in blood count was accompanied by a slow but definite reduction in spleen size from 21 cm to 18 em at the end ofeight weeks. Since the fall in white cell count was accompanied by a reduction in the platelet count to 68 000 x 10 6/1, the drug was discontinued. After 12 weeks on no therapy he was restarted on chlorambucil on 24 March 1977 and showed further reduction in spleen size to 17 em. ................ .
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Discussion
Although hairy cell leukaemia has been described as a clinical entity (Bouroncle et al. 1958) , it has often been mistaken, until recently, for myelofibrosis, chronic lymphatic leukaemia or lymphosarcoma ceIl leukaemia . For five years the patient described here was mistakenly thought to have lymphosarcoma ceIl leukaemia, until the diagnosis of hairy ceIl leukaemia was made.
In hairy ceIl leukaemia, the appearance of abnormal mononuclear hairy cells in well-stained peripheral blood and bone marrow films is a uniform finding. Each ceIl has a round to oval, slightly-folded nucleus with one or two nucleoli. The cytoplasm is characteristically pale greyish-blue with serrated edges and sometimes extensions, hence the name. 'hairy' cell. The electron microscope appearance of long cytoplasmic villi and ribosome lameIlar complex (Katayama et al. 1972) , and the presence of tartrate-resistant acid phosphatase , seem very specific to these ceIls. However, the nature of the hairy ceIls is still unclear. They are thought variously to be lymphoid (Catovsky, Pettit, Galetto et al. 1974) , histiocytic (Trubowitz et al. 1971) , or unrelated to either of these (Daniel & Flandrin 1974) .
It has often been reported that splenectomy is the treatment of choice in these patients (Flandrin et al. 1973 ). This patient, however, has survived seven years without splenectomy. Splenectomized patients with hairy cell leukaemia are known to be prone to fatal infections (Burke et al. 1974) .
Chemotherapy, particularly with alkylating agents, has been reported as being of no value, or even harmful , Flandrin et al. 1973 . However, in the patient described here, the hairy ceIls have shown a remarkable sensitivity to chlorambucil and to splenic irradiation.
